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Intussusception is deﬁned as the telescoping of one segment of the
gastrointestinal tract (intussusceptum) into an intestinal segment distal
to it (intussuscipiens) and it is the leading cause of abdominal emergen-
cy and intestinal obstruction in childhood [1]. Approximately 90% of all
pediatric intussusceptions are ileocolic, ileocecal, or ileoileocolic and
jejunojejunal type is very uncommon. Pathologic lead points, such as
Meckel's diverticulum, polyp or lymphoid hyperplasia are identiﬁed in
less than 10% of cases [2,3]. Hamartomas are tumors representing
anomalous development of tissues natural to an organ. Hamartomatous
polyps in the GI tract are a frequent cause of intussusception and often
occur in the setting of Peutz–Jeghers syndrome but these are usually
multiple and a solitary Peutz–Jeghers polyp (PJP), that too in proximal
jejunum, is an extremely rare entity, with an estimated incidence of
1:120,000 [4]. We had a patient of PJP recently having a family history
of Peutz–Jeghers jejunal polyps but none of the familymembers includ-
ing the patient had the characteristic mucocutaneous melanin
pigmentation.2. Case report
A 13 year old female came to pediatric casualty with complaint of
colicky pain abdomen mainly in periumbilical region which was
nonradiating followed by bilious vomiting and altered stool color for
the previous 3 days. On general physical examination, patient was
looking slightly pale and her vitals were stable. Her abdomen was ten-
der on palpation and a lump of size approximately 10 cm × 8 cm was
present in the left lumbar region and bowel sounds were increased sig-
niﬁcantly. Blood investigations showed Hb 9 g%, TLC 8900/cmm, DLC P-
67, L-31, E-2, M-0, B-0, coagulation proﬁle as well as blood urea and
electrolytes were within normal limits. X ray abdomen erect view re-
vealed some dilated gut loops with air ﬂuid levels at the level of jeju-
num. Ultrasound of the abdomen showed telescoping of small bowel
loops into jejunal segment with target sign suggestive of intussuscep-
tion. The patient was taken up for urgent exploratory laparotomy by
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(Fig. 1) which was irreducible with massive dilatation of the jejunum
proximal to it and the involved proximal jejunal segment bearing a
large pedunculated polyp of size around 4 cm× 3 cm× 3 cmwhich ap-
peared to be the lead point for the intussusception. Resection of the in-
volved jejunal segment (around 16 in.) with end to end jejunojejunal
anastomosis was done and the specimen was sent for histopathological
examination which conﬁrmed it to be a hamartomatous polyp compat-
ible with Peutz–Jeghers polyp without any evidence of malignancy
(Figs. 2 and 3). The patient's skin including the perioral area was unre-
markable. Oral mucosa appeared normal. Post operative period was un-
eventful and the patient was discharged in fair condition on 5th post
operative day.
As per history given by her mother, her father and two younger sis-
ters had undergone laparotomy for the same complaint. They did not
have the record of the younger sister but the records of her father and
elder sister conﬁrmed the history as they had undergone laparotomy
for jejunojejunal intussusception secondary to jejunal polyps but nei-
ther the patient nor the father or any of the siblings of the patient had
any skin lesion or hyperpigmentation.
3. Discussion
Peutz–Jeghers syndrome (PJS) is an autosomal dominant inherited
disorder characterized by hamartomatous polyps in the gastrointestinal
tract with a pattern of skin and mucosal macular melanin deposition. It
was ﬁrst reported by Peutz in 1921, and the deﬁnitive clinical descrip-
tion of the syndrome was written by Jeghers in 1949 [5].
The Peutz–Jeghers polyp is an unusual type of hamartomatous
polyp; its characteristic feature is a smooth muscle core arising from
the muscularis mucosae and extending into the polyp. Peutz–Jeghers
polyps vary in size and shape; are found in the stomach, small bowel,
and colon; and are usually multiple. Intussusception is a common ﬁnd-
ing, especially in the small bowel. The condition is associatedwith a sub-
stantial risk for adenocarcinoma of the GI tract and extraintestinal
malignancies, particularly in the breast, pancreas, and reproductive
organs.
WHO has laid down the following criteria for diagnosis of Peutz–
Jeghers syndrome: i) three or more histologically conﬁrmed Peutz–
Jeghers polyps or ii) any number of Peutz–Jeghers polyp with a family
history of Peutz–Jeghers syndromeor iii) characteristic, prominent, mu-
cocutaneous pigmentation with a family history of Peutz–Jeghersthe CC BY-NC-ND license (http://creativecommons.org/licenses/by-nc-nd/4.0/).
Fig. 1. Operative photograph showing the jejunojejunal intussusceptions involving the
proximal jejunum.
Fig. 3. Histopathologic ﬁndings (hematoxylin and eosin staining) showing hyperplastic
epithelium along with the arborizing pattern of smooth-muscle proliferation but there
was no dysplasia.
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prominent mucocutaneous pigmentation [6]. Therefore, taking into ac-
count theseWHO criteria, even though our patient had a solitary Peutz–
Jeghers polypwith nomucocutaneousmanifestations, she was a case of
PJS as there was a positive family history. Solitary Peutz–Jeghers polyp
(PJP) occurs rarely though cases have been reported in the literature
[7]. These polyps cause abdominal pain, intestinal bleeding, and ob-
struction [8]. Characteristic mucocutaneous pigmentation was not ob-
served in this case, although it is present in more than approximately
90% of patients [9]. Solitary hamartomatous polyp was reported by
Kuwano et al. in 1989 [10]. It is considered to be either an incomplete
variant of PJS or a separate disease entity because of the absence of ex-
ternal features and family history. This solitary lesion has been termed
Peutz–Jeghers-type polyp [10,11,12]. Microscopically, Peutz–Jeghers-
type polyp shows extensive smooth-muscle proliferation and an elon-
gated arborized pattern of polyp formation, and it is distinguishable
from adenomatous polyp that can be seen in familial adenomatous
polyposis syndrome [13]. Hamartomatous polyp is considered a benign
lesion, but when it is associated with PJS, the risk of malignancy is in-
creased in gastrointestinal and extra-intestinal sites [14]. Treatment
for hamartomatous polyp can include endoscopic resection,
polypectomyvia enterotomy, and bowel resection. In asymptomatic pa-
tients, observation is sufﬁcient, but close follow-up is required because
of complications such as multiple cancer, intestinal obstruction, intus-
susception leading to gut gangrene, perforation and bleeding.Fig. 2. Resected jejunal segment bearing the smooth surfaced pedunculated
hamartomatous polyp.4. Conclusion
Isolated Peutz–Jeghers type polyp of the jejunum is extremely rare.
When a pediatric or adolescent small bowel intussusception is visual-
ized, one should include PJS as a differential diagnosis and the treating
surgeon should always rule out the family history of similar complaints
and surgical interventions for the same. Appropriate surgical techniques
are necessary to reducemorbidity, mortality and the need for secondary
operations. Because of themalignant potential of PJS polyps, regular fol-
low up with close monitoring of the patient, parents and the siblings is
strongly recommended.
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